SUMMARY A 9 month old boy presented with acute respiratory distress and was found to have a left pleural effusion. The chylous nature of the effusion, multiple bony lytic lesions, and splenic cysts lead to the diagnosis of congenital lymphangiomatosis with chylothorax. Surgical intervention including pleurectomy was required after unsuccessful conservative management.
Generalised lymphangiomatosis with chylothorax
H DUNKELMAN, N SHARIEF,* L BERMAN, AND T NINAN* Northwick Park Hospital, Harrow and *Hospital for Sick Children, Great Ormond Street, London SUMMARY A 9 month old boy presented with acute respiratory distress and was found to have a left pleural effusion. The chylous nature of the effusion, multiple bony lytic lesions, and splenic cysts lead to the diagnosis of congenital lymphangiomatosis with chylothorax. Surgical intervention including pleurectomy was required after unsuccessful conservative management.
Chylothorax is rare in children. More Rapid reaccumulation of the effusion necessitated continuous pleural drainage. A low fat medium chain triglyceride diet was commenced. Surgical evaluatio-was felt necessary due to a continuous loss of 300 ml of chyle daily requiring multiple plasma and albumin transfusions. A loss of one kilogram in weight, hyponatraemia, hypoalbuminaemia, and lymphopaenia had supervened in the two weeks since presentation. At thoracotomy a diffuse welling of chyle was observed from the anterior and superior mediastinum as well as from both the thoracic duct and an enlarged accessory duct. Both ducts were ligated and pleurectomy performed.
On histological examination a specimen of the pleural tissue and from a bone biopsy showed Management of these patients remains speculative but it is notable that both cases managed conservatively died whereas only one of the seven managed surgically succumbed. It has been concluded recently that conservative management in the form of chest drainage and low fat diet is successful in most cases of childhood chylothorax.5
Most of the cases reviewed, however, followed cardiothoracic surgery.5 Conservative management usually involves a low fat intake supplement with medium chain triglycerides, which are absorbed directly into the portal venous system without forming chylomicrons.6 In one report the chylothorax resolved after intrapleural instillation of 50% dextrose. At present both her height and weight are below the 3rd centiles, she is normotensive, and has the typical thalassaemic facies. Her liver span extends 13 cm below the right costal margin. The most recent investigations were as follows: haemoglobin concentration 85 g/l; white cell count 105x109/l with polymorphs 55%, lymphocytes 35%, monocytes 3%, eosinophils 6%, and basinophils 1%; reticulocyte count 0-4x 10-3/i. The peripheral blood picture showed hypochromic and microcytic red cells, pronounced anisocytosis, normoblasts, hypersegmented neutrophils, and few macrocytes; platelet count 290x 109/l; alkaline denaturation test positive; haemoglobin electrophoresis showed adult haemoglobin 15% and fetal haemoglobin 85%. Radiographs of the hand showed rectangular metacarpals with reticulation and a radiograph of the skull showed widening of diploe with 'hair-on-end' appearance. Radiographs and serial tomograms of the cervical and thoracic spine did not show any paravertebral soft tissue shadows. Consent for a myelogram was refused.
